Angiokeratoma corporis diffusum (Anderson-Fabry disease) is a rare X-linked recessive disorderofglycosphingolipid metabolism in whichthereiswidespread intracellular deposition of lipid material, mainly ceramide trihexoside, due to a deficiency of the enzyme alpha galactosidase A. In affected males, renal failure due to such deposits in the kidney is the commonest causeof death, often during the late thirties or early forties, and there is usually evidenceof damageto the kidneys in the early twenties (Wallace 1973) . Reportedhere is the unusual case of a man who presented at the age of 38 with the classical eruption of angiokeratoma corporisdiffusum but who has no detectable impairmentof renal function. Casereport .Mr A W, aged 38, first sought advice in July 1978 with a dark red papular rash which had .appeared in the umbilical region at the ageof 13, and had since progressed to involve mainly 'the lowerpart of the trunk. From the age of 11 to 17years he had experienced intermittent severepains and paraesthesiae in the handsand feet, accompanied by fever. Thesesymptoms were often precipitated by an alteration in posture or a rapid change in the surrounding temperature,and each episodeusually lastedfor severalweeks. A maternalunclewhodiedin his early fifties of a myocardial infarctionwas said to have had a similar rash, but there was no other family history.
There wasan extensive rash consisting of multiple small purple angiectases scatteredover the hips, groins, buttocks.genitalia and umbilical region. A few lesions were presenton the sidesof the trunk, in the axillae and on the lips.Some had a hyperkeratotic surface(Figure1). Marked whorl-like cornealopacitiescouldbe seen on slit-lamp examination of the eyesand the conjunctival blood vessels showed aneurysmal dilatation. Varicose veins appeared prominenton the left lower leg.The remainderof the physical examination was normal. Investigations: Routinehaematology and biochemistry. urinemicroscopy. creatinineclearance, urine concentration and acidification tests, an intravenous pyelogram and chest X-ray were I Case presented toSection of Dcrmatology. IS Mnreh 1979. Accepted Histopathology: Light microscopy of a skin biopsy from the groin region showed numerous well-defined angiectases located prominently in the upper reticular and papillary dermis (Figure 2) . For electron microscopy, small I mm cubes of skin were fixed initially in glutaraldehyde and subsequently post-fixed in osmium tetroxide and araldite embedded. Ultra-thin sections werecut, stained with uranyl acetate and lead citrate, and examined with a Philips 300 electron microscope operated at 60 kV. Examination at low resolution revealed many rounded and oblong osmiophilic bodies and the presence of microfilaments within endothelial cells (Figure 3) .At high resolution manyof the osmiophilic bodies wereseento be membrane-bound and formed of dense laminaewith a constant periodicity (Figure4). 
Discussion
The eruption of angiokeratoma corporis diffusum is characterized by the presence of small dark red angiectases found mainly over the hips, thighs, buttocks and genitalia, appearingat puberty and becoming more profuse during adult years. Other conditions which should be considered in the differential diagnosis are the fairly common Fordyce's angiokeratoma of the scrotum and 'senile angiomata', angiokeratoma of Mibelli, and the rarer angiokeratoma circumscriptum, angioma serpiginosum, and Osler's hereditary haemorrhagic telangiectasia (Wallace 1973). The' additional features in our patient of severe peripheral pains and paraesthesiae in childhood, and the characteristiccorneal dystrophy, strongly suggested the diagnosis of angiokeratoma corporis diffusum. This was confirmed both biochemically, by demonstratinga reduced level of alpha galactosidase A, and histologically. Light microscopy showed numerous blood-filled dilated vessels in the upper dermis but no other abnormality, Thinning of the epidermis over angiectases, hyperkeratosis and thrombosis of vessels has been reported on occasions. The ultrastructural changes of the skin in angiokeratoma corporis diffusum classically consist of membrane-bound osmiophilic bodies with a lamellar pattern of constant periodicity. Inclusion bodies have been reported in endothelial, perithelial and perineural cells, macrophages and arrectores pilorum muscles (Frost et 01. 1966 , Sagebiel & Parker 1968 , Perrelet et 01. 1969 , Van Mullem & Ruiter 1970 , Hashimoto et al. 1976 . Microfilamentous structures have also been described. Characteristic osmiophilic bodies and microfilaments were particularly well demonstrated in the endothelial cells in our patient, emphasizing the value of electron microscopy in diagnosis. It has been suggested by Hashimoto et al. (1976) that the osmiophilic bodies are lysosomal in nature and that the fibrils represent a stage in their development.
Adult males with angiokeratoma corporis diffusum generally feel unwell and proteinuria is commonly present, often during childhood (Wallace 1973). The average expectation of life is 42 years. Our patient is therefore unusual in having good health and normal renal function, and renal biopsy was considered unjustifiable. It is possible that his abnormal electrocardiogram may indicate a cardiomyopathy due to lipid deposits in the heart (Becker et 01. 1975 , Desnick et al, 1976 .
Although kidney transplants have been performed in patients with renal involvement to improve renal function and provide a source of normal enzyme, results overall have been equivocal, and transplantation is not recommended prophylactically in patients such as ours with satisfactory renal function. Similarly, treatment using the relatively experimental procedures of enzyme replacement is not indicated in our patient.
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